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Probable Sporadic Creutzfeldt-Jakob Disease: A First Case Report in Hua-hin Hospital,
Thailand. How to Approach and Early Diagnosis?
Thanapol Songthammawat M.D., Diploma of the Thai Board of Neurology

Department of Medicine, Hua-hin Hospital

Abstract

Sporadic Creutzfeldt-Jakob disease (sCJD) is a rare and fatal spongiform encephalopathy
caused by a protein known as prion which characterized by rapidly progressive dementia and
myoclonus The varied initial symptoms make the challenge of early diagnosis. A 55 year-old
male Thai patient with no underlying disease initially admitted to the hospital for blur vision,
visual hallucination and gait difficulty. Four weeks later, he developed myoclonic jerks, akinetic
mutism and altered mental status. The physical examination showed psychomotor retardation,
increase muscle tone in all extremities and stimulus sensitive myoclonus. Cerebrospinal fluid
(CSF) analysis for infection and immune mediated encephalitis were negative. Brain magnetic
resonance imaging (MRI) showed hyperintensities in the bilateral caudate, globus pallidus,
bilateral parieto-occipital regions in diffusion-weighted imaging (DWI). Then the patient was sent
to performed electroencephalogram (EEG) and showed generalized periodic lateralizing epileptiform
discharges.The probable diagnosis of sCJD was reached based on history of young patient with
rapidly cognitive decline, the clinical features, characteristic findings in MRI and EEG. The literature
was also reviewed for early diagnosis and how to approach of sCJD. Early diagnosis is crucial for
evaluated prognosis and awareness about preventing transmission of health care providers who

contacted the patients.

Keyword: Sporadic Creutzfeldt-Jakob disease (sCJD), rapidly progressive dementia
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Creutzfeldt-Jakob disease (CJD) vulsa
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1. fetues: Sporadic Creutzfeldt-Jakob
disease (sCJD), sporadic fatal insomnia, W& ¥
variably protease-sensitive prionopathy,

2. \enfiuiugnssu Genetic Creutzfeldt-
Jakob disease (¢CJD), fatal amilial insomnia (FFI),
e Gerstrann-Straussler-Scheinker syndrome (GSS)

3. A9 nnisduialion oaueinse
Uszmmmﬂﬂﬂwﬁ'u (Acquired): Kuru, iatrogenic
Creutzfeldt-Jakob disease (iICJD) k@ g variant
Creutzfeldt-Jakob disease (vCJD)

Sporadic Creutzfeldt-Jakob disease (sCID)
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WBC 0, RBC 50, protein 30, sugar 56 (blood
sugar 100) ldwunisiadouuaiiiouazlaa
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autoimmune encephalitis ag paraneoplastic
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A1d9 laiwa (akinetic mutism) M358V
n&siieny generalized hypertonia waziinns
Ao ulnaRaunddld fud nuagues multfocal
myoclonus, wull Babinski’s sign R]’mm'ima’i]ﬁ
Uanewiseaesding numunansaensdai
windnlwinavesfivdumy hyperintensities U3 k384
bilateral caudate, globus pallidus, b bilateral parieto-
ocdpital  regions AAWIATIANWLLE UM N (difusion-

weighted imaging : DWI) (W)
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diffusion in the bilateral cerebral cortex.

(A) MRI brain T2 Flair (T2F) showed slightly increased abnormal signal intensities at bilateral caudate.
(B) Diffusion-weighted imaging (DWI) showed increased abnormal signal intensities with restricted
diffusion in the caudate and bilateral occipital cortex.

(Q) Diffusion-weighted imaging (DWI) showed increased abnormal signal intensities with restricted
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A 2: Electroencephalography showed generalized 1-1.5 Hz periodic sharp wave throughout the

Han13nsIalsalungy immune mediated
encephalitis inaau unndgnsiadadaigUae
asr9ndulninaes (Electroencephalography
. EEG) viluLfiy nudnwaizua generalized
periodic lateralizing epileptiform discharges
(Wi12) andnuazeInsgUasiiudiaiz
AMUTIONNBYIINAY  Multifocal myoclonus
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HUrelasun1sshwiimeeiiudniiionusinis

nszgnvaInauiionaslin1sineiniueinis

'
=

teendeldiinisdnwindnig vilvgUae
Sa

= A 2 Y
deodinluszeziian 6 teunteuaelasunnsg

3198y Sporadic Creutzfeldt-Jakob disease

150l

1ABUINIINTTIUALY Creutzfeldt-
Jakob Disease A.f. 2018 Y03AUIATUANLAY
Uasiulsaanigoluini (Centers for Disease
Control and Prevention : CDC) (51971 1) §nwauy

91n15d1A gy N lAND S Creutzfeldt-Jakob

Disease AolufUleumeaIN1sAUTInnnee
FAUAUATIVINNYNUANBUEVBY Myoclonic
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WUIil Myoclonic jerks wulduseils Seuay 88
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M19199 1 @ UUININTIRARY Creutzfeldt-Jakob Disease f.A. 2018 vas AudaiuAuLardasiulsn

@13584i3n1 (Centers for Disease Control and Prevention : CDC)

gudu idefusunanyiannsgiuganeinafitisafuszuulszam (standard neuropathological
(Definite) techniques) wag/v38 Fn1eBuyuludelaiail (mmunocytochemically) wag/#3e Western blot

confirmed protease-resistant PrP Lagz/13o wulushuduiimiiouu scrapie-ssociated fibrils
ezl wuaRnUNRiEITeeUN1nUszam (neuropsychiatric disorder) $aufuraUINT8Y RT-QUIC
(Probable) | luledundnieidededug
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1. ensnsznnuesnduiietuetreiuiiviile Taglldidla Seulald (myoclonus)

2. 9INMINNMTUBARUKT8DININ9@UDS (visual or cerebellar signs)

3. Pyramidal/extrapyramidal signs

4. anmzidensiedeulmuazlsiya (akinetic mutism)

wag fhavinveskanisnmamaiesfjiinsseluiedieden 1 4o

1. A typical EEG (periodic sharp wave complexes) sewinsmstae lidnaulussevianvinlsin

2. A positive 14-3-3 CSF assay lugitheiiioinisednstios 2 ¥

3. High signal in caudate/putamen on magnetic resonance imaging (MRI) brain scan 3@ at

least two cortical regions (temporal, parietal, occipital) either on diffusion-weighted

imaging (DWI) or fluid attenuated inversion recovery (FLAIR)

waz Lifinan1snsiafionadidade uduls
ululd fimssuiuluvesnnvaneadon wasileghes 2 feaneintsmendiin 4 Feseluil
(Possible) 1. Myoclonus

2. Visual or cerebellar signs

3. Pyramidal/extrapyramidal signs

4. Akinetic mutism

waz lifnauvinvewansia 4 fedsiuiianwsodmdu “dagly”
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quaking-induced conversion (RT-QuIC) 1138

Tuifidaelun1sidades Creutzeldt-Jakob
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A151991 2 LEAILUINNNITATIAANLANL DN TIHAdLeN]IABUSDDNAN Creutzfeldt-Jakob Disease

¥ Qll ¥ o . oy . 11
Iupum’;Emmmsmmsmwmmmmaaﬂ (Rapidly cognitive dementia)

Screen in all CJD mimic patients

Second-line test

Basic blood tests | Routine haematology, biochemistry, calcium,

magnesium, vitamin B,,, HIV serology, thyroid
function, antinuclear antibody, antineutrophil

cytoplasmic antibody, inflammatory markers

Serum ammonia, drug levels

(as appropriate)

Serology Voltage-gated K-channel antibodies, NMDA-R Serology for specific infections (eg,
antibodies, TPHA (neurosyphilis) Lyme), paraneoplastic antibodies

MRI MRI scan of brain, dementia protocol, including | Angiography (vasculitis, dural
diffusion-weighted axial images and post- arteriovenous fistula, intravascular
gadolinium imaging for lymphoma)
lymphoma/inflammatory CNS conditions

Electro- Routine recording Electromyography and nerve

encephalography conduction studies

Cerebrospinal

fluid 3-3 protein, S100b protein, RT-QUIC assay,

For cells, biochemistry, oligoclonal bands, 14-

amyloid beta protein (1-42), total tau

CSF serology for NMDA-R encephalitis,
measles serology, PCR for JC virus and
for viruses associated with other

encephalitides

Prion protein

(PRNP)

Gene analysis

Dementia gene panel diagnostics

Others Urinalysis test for infection

Brain biopsy

CJD, Creutzfeldt-Jakob disease; CNS, central nervous system; CSF, cerebrospinal fluid;

EEG, electroencephalogram; JC, John Cunnigham, NMDA-R, N-methyl-D-aspartate; PRNP, prion protein gene;

RT-QUIC, real-time quaking-induced conversion assay.

dusulsansenizdug ﬁv‘iﬂﬁi{ﬂwm
ﬁwé’nwmzmmaﬁmﬁu;ﬁﬂ’;aiwﬂf 919tlnfuay
Afadeuenlawn 15Angy immune mediated
encephalitis 14U Anti LGI-1 encephalitis, Anti
NMDA receptor encephalitis %139 Neurodegenerative
disease U9 1% Dementia with Lewy bodies
agalsAnnalinudnuagduveslsaiidfuld
ﬁm%ur%ﬂwiwﬁ laiwu Faciobrachial dystonic
seizure Fanulu Anti LG-1 encephalitis dunqy
Anti NMDA receptor encephalitis EREE R

dnwauy Orofacial dyskinesia JUedniUumands

Lazdningue1nns Acute psychosis $9163¢
d195U Dementia with Lewy bodies 81931161728
Jguanudranaseld lnsdniionn1sn1ends
A1SATIANU parkinsonism Anelu 1 T Tuvaud
;:iﬂaaiﬁaﬁﬁmiﬁwLﬁuiiﬂﬁiau%’wﬁamsﬂu 2
wou wazliladidnway parkinsonism 210015
AT239NBUILINDU

N15AAEA0UDILTA Sporadic Creutzfeldt-
Jakob Disease (sCD) lllgiAnanmsiuiedn i
fiewiioulunguues  Variant Creutzfeldt-

Jakob Disease Mseniulagluinlsaiitn we
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nuidasoldnldfunisgndiededeain
fUne vienstalosilonidnaussiiagldiy
HU38 Creutzfeldt-Jakob Disease lUl4wW16n
auoanulUligUnid wdgiiANazeIaLad
o990 prion numuseasadvazaLSou
Faflduusihlildyngunsalianslodundaio
nSafeudrindnidudtasiasde Creutfeldt-
Jakob Disease fifawinisdansratinludunds
wsomndndusesindvunldlnd Tiadanis
Juiouadesile (Decontamination) Taennsld
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Autoclave ﬁqmmm 134°C 1Juian 18 w1l Tu
pre-vacuum sterilizer #5359 Autoclave 7 1320C
Hunan 1 9wy gravity displacement sterilizer
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WanN1any Prion

Gy
EE‘I'J’JEI Sporadic Creutzfeldt-Jakob Disease
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@A Brain MR, Electroencephalography (EEG), N3
529 ludunds (CSF analysis) o819lsfinny
Asdensrafudulusiu 14-3-3 lutiladunds
N39N197M52902875 Real-time quaking-induced
conversion (RT-QuIC) delaunsnanslulszina
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TuauldAfineausionnes (Rapidly cosnitive
dementia) 1agLan1ENga Immune mediated
encephalitis Sudulsalvaifidnsnsianuuntu
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Creutzfeldt-Jacob disease
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